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Abstract: 
Odontogenic keratocysts (OKCs) are one of the most frequent features of nevoid basal cell 
carcinoma syndrome (NBS). It is linked with mutation in the PTCH gene. Partial expres-
sion of the gene may result in occurrence of only multiple recurring OKC. Our patient pre-
sented with nine cysts with multiple recurrences over a period of 11 years without any 
other manifestation of the syndrome. 
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INTRODUCTION 
Nevoid basal cell carcinoma syndrome (NBS) 
is associated with a triad of multiple basal ne-
vi,  multiple  odontogenic  keratocysts  (OKCs) 
and skeletal abnormalities [1]. These triad of 
symptoms may be associated with other mani-
festations involving skeletal, craniofacial, neu-
rological, skin, sexual, ophthalmic and cardiac 
anomalies  [2].  Multiple  OKCs  have  been 
known  to  occur  in  non-syndromic  cases 
though it is very rare [3]. These multiple le-
sions  may  be  the  first  manifestation  of  the 
NBS  or  otherwise  it  may  be  because  of  the 
multifocal nature of OKCs [4,5].  
We present a case of recurrent multiple OKCs 
which  is  not  associated  with  any  syndrome. 
We emphasize here that the present case may 
be because of partial expression of the PTCH 
gene and long-term follow-up in such cases is 
mandatory. After a long follow-up, we could 
not  see  any  recurrence.  So  probably  the  im-
portance of this case is just due to the aberrant 
nature of OKCs rather than being associated 
with the syndrome. 
CASE REPORT 
A 20-year-old female, who is a dental student 
of our institution, reported to the department of 
oral and maxillofacial surgery with the chief 
complaint of discharge from the right maxil-
lary posterior region for two years. The patient 
gave a history of multiple isolated jaw cysts at 
the age of nine years, all the cysts were enu-
cleated  and  histopathologically  diagnosed  as 
OKCs. She also gave a history of jaw surgery 
three years before for OKC in association with 
maxillary right second molar (17) (Table 1). 
Intra-oral  examination  revealed  a  mild  ill-
defined swelling in the right maxillary tuberos-
ity region. There was also a spheroidal swell-
ing  measured  approximately  1×1  cm  in  the 
mandibular  left  lateral  incisor  (32)  region, 
mild cortical plate expansion was also seen in 
relation with the right mandibular lateral inci-Bartake e
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timately result in allelic loss. The absence of 
all the manifestation of NBS may be due to 
variability  of  the  PTCH  gene  expression  as 
mentioned by Auluck et al [3]. 
The  results  of  the  study  by  Dominguez  and 
Keszler  [11]  showed,  NBS  keratocysts  were 
frequently  associated  with  parakeratinization, 
intramural  epithelial  remnants  and  satellite 
cysts compared to that of solirary keratocysts. 
In the present case, cysts showed parakeratini-
sation, daughter cysts and intra-mural epitheli-
al  rests.  Immunohistochemical  expression  of 
cytokeratin 17 and 19 are considered as better 
indicators  of  OKCs  when  it  is  distinguished 
from other odontogenic cysts such as dentiger-
ous and radicular cyst [12] and also over ex-
pression of PCNA and Ki-67 proves its highly 
aggressive  behavior  and  recurrence  [13]. 
However,  in  the  present  case,  diagnosis  was 
not a problem as it showed characteristic his-
topathological features of OKC and its aggres-
sive nature is a well-known fact. The correla-
tion between the proliferative markers and its 
recurrence is still debated [14]. 
Recently, a similar case report of multiple non-
syndromic OKC has been reported in a young 
adult in the maxillary canine and mandibular 
third  molar  region  [15].  Multiple  non-
syndromic  OKCs  have  been  reported  by 
Auluck et al [3]. However, there are no surgi-
cal  details,  proper  follow  up  and  recurrence 
details for these, as our case showed multiple 
recurrences in different regions of the jaws for 
a follow-up period of nearly 14 years. In addi-
tion to that, the case was histopathologically 
diagnosed as a dentigerous cyst once previous-
ly [3]. 
OKCs associated with NBS have higher recur-
rence rates compared to solitary OKCs. It is 
believed that the aggressive behavior and high 
rate  of  recurrence  of  OKCs  associated  with 
NBS is due to a higher rate of proliferation of 
the epithelial lining [2]. In the present case, the 
lesion has recurred in the symphysis and pos-
terior maxillary region. No family history of 
OKCs  was  seen  here  as  there  were  cases  of 
multiple OKCs with familial history [16]. It is 
said that multiple OKCs seen in the early age 
may be considered as a first manifestation of 
NBS  which  was  proposed  by  a  study  [4]. 
However, in the present case, there has been 
no  recurrence  in  the  last  three  years  and  no 
other sign of NBS syndrome is evident even 
after 14 years, first time the lesion appeared. 
Thus, this case may be because of the multifo-
cal  nature  of  OKCs  rather  than  the  NBS  as 
discussed in a previous article [5].  
The patient was followed regularly and after 
three years of treatment had no symptoms of 
recurrence of cysts and no other features asso-
ciated with NBS was seen. It has been reported 
that multiple OKCs may occur a decade before 
other  symptoms  associated  with  NBS  [17]. 
However, the present case never showed any 
other symptoms even after 14 years of follow-
up after the appearance of these lesions for the 
first time. 
CONCLUSION 
This case shows multiple OKC with frequent 
recurrences without any other notable features 
which  are  indicative  of  Gorlin  Goltz  Syn-
drome. As such the occurrence of multiple re-
current OKC’s may be the first and only mani-
festation of GGS indicating partial expression 
of the PTCH gene. Thus, it is imperative that 
patients  having  multiple  OKC’s  should  be 
screened for the presence of syndromes. How-
ever,  multiple  OKCs  may  occur  without  the 
syndrome and need not be because of gene de-
fect and probably as a result of the multifocal 
nature of OKCs. Due to the high rate of recur-
rences associate with such cases, careful fol-
low-up is mandatory. 
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